Introduction {#sec1-1}
============

Calcifying fibrous tumor (CFT) is a rare, usually solitary, benign tumor of uncertain etiology. We report an incidentally detected case of CFT arising from the small intestine and associated mesentery.

Case Report {#sec1-2}
===========

A 45-year-old man with no significant past medical history presented to a local emergency room with severe left groin pain. His evaluation included a CT scan of the abdomen and pelvis, which showed a 5 cm densely calcified right pelvic mass \[[Figure 1](#F1){ref-type="fig"}\]. The mass was considered an incidental finding and unrelated to his presenting symptoms. The remainder of his workup was negative. No biopsy of the mass was performed at that time.

![Axial (A) and coronal (B) noncontrast CT scans show a 5 cm, densely calcified pelvic mass (arrow) and its intimate relationship with the adjacent small bowel loops](IJRI-21-306-g001){#F1}

He was subsequently referred to our Center for Sarcoma and Bone Oncology with a presumed diagnosis of soft tissue sarcoma. Upon initial consultation, the treatment options discussed included obtaining a preoperative, diagnostic, image-guided core needle biopsy or proceeding directly to surgery. When it was explained to him that this mass required resection in any case and that the findings of a preoperative biopsy would not change treatment plans, the patient elected to proceed with surgery. At laparotomy, he was found to have a hard mass involving the distal small intestine. The mass was adherent to the intestinal serosa \[[Figure 2](#F2){ref-type="fig"}\]. An extension of the mesentery appeared to represent the vascular supply to the mass. A small bowel resection with an *en bloc* resection of the involved portion of the mesentery was performed. A primary enteroenterostomy was constructed.

![Intraoperative photograph shows a pedunculated mass on the small bowel mesentery](IJRI-21-306-g002){#F2}

Histopathologic evaluation was consistent with a CFT. The tumor exhibited a relatively hypocellular spindle cell proliferation, with dense collagen fibers and scattered to loosely aggregated lymphocytes and plasma cells \[[Figure 3](#F3){ref-type="fig"}\]. The mass was well circumscribed, with smooth borders. Intestinal and mesenteric resection margins were negative.

![Low-power (10×) photomicrograph stained with hematoxylin and eosin shows relatively hypocellular spindle cell proliferation (bottom right corner), with dense collagen fibers (arrow) and scattered to loosely aggregated lymphocytes and plasma cells (curved arrows)](IJRI-21-306-g003){#F3}

Based on this diagnosis, no further treatment was needed or recommended. The patient was followed up after 1 year. Repeat CT scan (not shown) showed no evidence of recurrence.

Discussion {#sec1-3}
==========

CFT is a rare, usually solitary, benign tumor of uncertain etiology. The most common sites are the soft tissues of the extremities, pleura, or peritoneum.\[[@ref1]--[@ref3]\] Involvement of the gastrointestinal (GI) tract is rare. About 30 cases of abdominal CFTs have been reported to date.\[[@ref3]\] For abdominal CFTs the mean patient age is 34 years compared with 16 years for patients with CFTs occurring in the superficial soft tissues.\[[@ref3]\] CFTs have characteristic histologic features of a well-circumscribed mass composed of hyalinized, hypocellular, lamellar collagen; bland spindle cells; chronic inflammatory cell infiltrates; and psammomatous or dystrophic calcifications.\[[@ref2][@ref3]\] Thought to represent a reactive process resulting from abnormal tissue healing, the lesions were previously called calcifying fibrous pseudotumor. However, due to a local recurrence rate of approximately 10%, these lesions were renamed CFTs in the current World Health Organization classification.\[[@ref1][@ref4]\]

The most important differential diagnosis of CFT of the GI tract includes other spindle cell tumors, such as desmoid tumor and gastrointestinal stromal tumor (GIST).\[[@ref2]\] Desmoid tumors have a variable CT appearance depending on fibroblastic proliferation, fibrosis, collagen content, and vascularity.\[[@ref5]\] On CT scan, they usually appear as well circumscribed, homogeneous masses that may enhance with intravenous contrast.\[[@ref5]\] Most intraabdominal desmoids arise in the small bowel mesentery.\[[@ref5]\] GISTs may occur along any part of the alimentary tract that contains smooth muscle, with stomach and small bowel being the most common locations.\[[@ref6]\] On CT scan, GISTs are usually enhancing, well-circumscribed solid masses.\[[@ref6]\]

With increasing size there may be central necrosis, cavitation, and heterogeneous enhancement.\[[@ref6]\] GISTs have a submucosal origin with exophytic growth and displace rather than invade surrounding structures as they enlarge.\[[@ref7]\] Calcification is rare, however, a GIST of the sigmoid colon with a large calcified component has been reported.\[[@ref6]\] Lymph node involvement would not be expected in CTF, desmoid, or GIST.

Other radiologic differential considerations for a calcified pelvic mass include calcified lymph node, carcinoid, inflammatory myofibroblastic tumor (IMT), sclerosing mesenteritis, and extraskeletal osteosarcoma. Ovarian cystadenoma/carcinoma should also be considered in females.

A calcified lymph node may be the result of prior granulomatous disease or a treated lymphoma.\[[@ref8]\] Correlation with the clinical history is also important. While small intestine carcinoids may extend into the mesentery, calcification in the mass, particularly dense calcification, is unusual.\[[@ref9]\] IMT and sclerosing mesenteritis are included in a group of benign fibrous tumors / tumor-like lesions of the mesentery, linked histologically by the presence of fibroblasts or fibrosis and anatomically by location within the mesentery.\[[@ref10]\] IMT is a benign, chronic inflammatory disorder of unknown etiology that may manifest as a solid mesenteric mass.\[[@ref10]\] The enhancement pattern is variable and calcification may be present.\[[@ref10]\] Sclerosing mesenteritis is a rare idiopathic disorder characterized by mesenteric masses composed of chronic, nonspecific inflammation.\[[@ref10]\] On CT scan, sclerosing mesenteritis may manifest as a well-defined mesenteric mass with calcification.\[[@ref10]\]

A rare case of extraskeletal osteosarcoma of the mesentery presenting as a large calcified mass in the pelvic cavity has been reported.\[[@ref11]\] CT scan findings are nonspecific and overlap with multiple other entities, and therefore warrant biopsy/excision. Accurate histologic diagnosis requires specific immunohistochemisties, including ALK1. Histologic distinction is imperative for the correct treatment and proper prognosis.

Resection of CFT is usually curative but because of the potential for local recurrences, patients should undergo periodic follow-up. There are no guidelines for specific screening or follow-up radiologic imaging.\[[@ref2]\]

In summary, we present a patient with a rare case of CFT of the GI tract discovered incidentally at imaging and treated with surgical resection. The patient is recurrence free at 1 year. In the absence of any distinctive imaging characteristics to distinguish CFTs from other rare intra-abdominal soft tissue neoplasms, biopsy and/or resection is recommended in all cases.
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